Introduction {#sec1-1}
============

Knobloch syndrome (KS) is typically characterized by high myopia, vitreoretinal degeneration, retinal detachment, and macular abnormalities.\[[@ref1][@ref2][@ref3]\] Hull *et al*. recently reported new features in KS patients: pigment dispersion syndrome, cone-rod dysfunction seen with electroretinography, and glaucoma (two patients).\[[@ref4]\] Glaucoma is not a typical feature of KS and no description as to what is seen after interventions has been reported. We report a case of glaucoma in KS, which represents the fourth reported case and the first description of the retinal events after the glaucoma procedure.

Case Report {#sec1-2}
===========

A 2-month-old male was referred to King Khaled Eye Specialist Hospital (KKESH) in Riyadh, Saudi Arabia, with diagnosis of proliferative vitreoretinopathy (PVR), light perception, and retinal detachment in the left eye. Ocular history was positive for epiphora and buphthalmos. He was the product of a first-degree consanguineous marriage and of a normal full-term pregnancy. There was severe head lag, occipital bone defect, and generalized hypotonia. Axial length was 32 mm in the right eye and 20 mm in the left eye. The corneal diameter was 13.5 mm and 10.5 mm in the right and left eyes, respectively. Lenses were clear with a persistent retrolental membrane in the left eye. The posterior segment in the right eye showed a myopic fundus with no breaks, chorioretinal atrophy, and a tilted disc with no visible cup \[[Figure 1a](#F1){ref-type="fig"}\]. In the left eye, the retina was detached with PVR involving the macula. The management plan at age 2 months was retinal surgery with endotamponade, which was cancelled because of bronchiolitis and rescheduled 2 weeks later. At that time, examination under anesthesia found the left eye inoperable \[[Figure 1b](#F1){ref-type="fig"}\]. Retinoscopy in the right eye revealed -- 20D refraction, and retina was as described before. The right eye had intraocular pressure (IOP) of 26 mmHg for which he was discharged on dorzolamide hydrochloride--timolol maleate ophthalmic fixed combination solution.

![RetCam image of the right eye before cyclophotocoagulation procedure showing flat retina, attenuated retinal vessels, and tessellated fundus (a). RetCam image of the left eye showing detached retina with proliferative vitreoretinopathy (b)](MEAJO-25-161-g001){#F1}

He was again referred at 21 months of age. Examination under anesthesia revealed an IOP of 31 mmHg and corneal thickness of 480 microns. The seeing eye was at high risk of RD even without surgical intervention including goniotomy or trabeculotomy. These kinds of eyes in the literature have been reported to have many complications with any incisional surgeries. The assumption was that doing only gentle laser may be the least invasive and benign, and cyclophotocoagulation was recommended for the right eye. One hundred and ninety degrees of treatment was performed inferiorly with 1300--1500 MW power and 2000-ms duration after transillumination to identify the ciliary body. On the 1^st^ postoperative day, the eye had a formed anterior chamber, and IOP was digitally in the midteens. The family presented before the next scheduled postoperative visit; ocular examination revealed a soft eye with +2 conjunctival injection. B-scan revealed a funnel-shaped retinal detachment and choroidal detachment \[[Figure 2](#F2){ref-type="fig"}\]. Visual evoked potential showed flat response.

![Ultrasound B-scan image of the right eye showing funnel-shaped total retinal detachment (white arrow) in axial (a) and longitudinal (b) sections](MEAJO-25-161-g002){#F2}

Discussion {#sec1-3}
==========

Knobloch and Layer reported a nonrelated family in which 5 of 10 siblings with high myopia were found to have vitreoretinal degeneration, retinal detachment, and occipital encephalocele.\[[@ref1]\] Apart from typical features in KS, there may be some variability, especially in central nervous system findings. Khaliq *et al*.\[[@ref5]\] reported a consanguineous Pakistani family in which multiple individuals had high myopia, vitreoretinal degeneration, and occipital scalp defect. Other findings included choroidal sclerosis, atrophy, pigmentary abnormalities, subluxation of the lens, cataract, one glaucomatous eye, phthisis bulbi, and nystagmus. Increased IOP is not a part of typical KS, and only three cases of glaucoma have been described in patients with KS up to date.\[[@ref4][@ref5]\]

Herein, we report a monocular KS infant with glaucoma (fourth reported case) and poor vision. The blinding retinal detachment following a limited cyclophotocoagulation is the first report of any glaucoma treatment results in KS. Retinal detachment is a very rare complication after cyclophotocoagulation in glaucoma patients.\[[@ref6]\] Given the history of the fellow eye in this case, it is possible that retinal detachment might have happened coincidentally following a natural history of the disease. The mechanism of retinal detachment following cyclophotocoagulation is not well understood. We presume that cyclophotocoagulation by shrinking the ciliary body retracts the already fragile vitreous base causing a retinal break and detaching the retina which is usually weak and thin in such eyes.

Ophthalmologists should be aware of possibility of retinal detachment from any ocular intervention in patients with KS.
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